Objective: To present a case of carcinoma ex pleomorphic adenoma in the parapharyngeal space and discuss its management.
The authors declared that this represents original material that is not being considered for publication or has not been published or accepted for publication elsewhere in full or in part, in print or electronic media; that the manuscript has been read and approved by all the authors, that the requirements for authorship have been met by each author, and that each author believes that the manuscript represents honest work.
Disclosures: The authors signed disclosures that there are no financial or other (including personal) relationships, intellectual passion, political or religious beliefs, and institutional affiliations that might lead to a conflict of interest.
CASE REPORT
A 40-year-old male patient presented to the outpatient department with the complaint of difficulty in swallowing for the last three months. He had a past history of trans-oral surgical removal of pleomorphic adenoma of oral cavity three years back.
On examination there was fullness of the left tonsillar region and the tonsil and uvula were pushed medially to the right. (Figure 1 ) Intra-oral palpation revealed a firm, non-tender submucosal mass. Examination of the neck was normal.
Contrast-enhanced CT scan showed a large heterogeneouslyenhancing soft tissue prestyloid mass displacing the carotid sheath posteriorly. The mass involved the entire length of the left parapharyngeal space, extending from the base of skull superiorly to the hyoid bone inferiorly and the left half of the soft palate anteriorly. (Figure 2, 3, 4 ) There was no evidence of bone destruction, carotid sheath or pre-vertebral space involvement. DISCUSSION According to Youngs and Scofield, ectopic salivary tissue in the head and neck can arise from remnants of branchial apparatus and defective closure of the precervical sinus of His with internal heteroplasia. 2, 3 Mixed salivary tumors are the most frequent neoplasm arising from ectopic cell rests, having the same recurrence rate but much higher percentage of malignant transformation in comparison to tumors arising from major salivary glands. 4 Forty to fifty percent of parapharyngeal tumors are salivary neoplasms and are commonly found in the prestyloid region. 5 Among them, the pleomorphic adenoma is the most common variety. The risk of developing carcinomaex-pleomorphic adenoma from this benign tumor is 5-6% over twenty years. 6 The incidence of malignant transformation depends on duration of tumor which is about 2% for tumors present less than five years and 10% for those more than 15 years. 6 Peculiar in the present case is recurrence and malignant transformation within three years of primary surgery. The first operation was performed through the transoral route in which exposure of the parapharyngeal space is compromised and complete removal of tumor is very difficult. Thus, the early recurrence may be attributed to the choice of approach in the first case. However, the malignant transformation of the mass so soon is very difficult to explain and makes this case unique.
Tumors in the parapharyngeal space are challenging for clinicians with respect to early diagnosis as well as surgical resection. This is primarily due to the insidious onset of the After elective tracheostomy and endotracheal intubation, the mass was excised by paramedian mandibulotomy approach followed by repair of mandible. Histology showed features of invasive carcinoma in a background of pleomorphic adenoma. (Figure 5 ) The carcinoma component subtype was carcinoma, not otherwise specified (NOS). (Figure 6 ) Capsular invasion was grossly evident during excision and microscopically confirmed. The postoperative course was uneventful and the tracheostomy tube was removed after four days. The patient received 60 Gy of telecobalt radiotherapy to prevent recurrence, and remained lesions without any overt clinical symptom as well as the complex anatomy of the space surrounded by vital structures.
Most patients present with neck swelling (54%) and a few with oropharyngeal swelling (10%), as found in the present case. Other than common symptoms like dysphagia and trismus, some cases may present with cranial nerve palsy or rare symptoms like SIADH. 7 Due to their deep location most of these tumors are asymptomatic till they attain a large size.
The first and most crucial step for selecting the right surgical approach is anatomical location which relies almost completely on imaging techniques. Proper exposure of parapharyngeal tumors is technically demanding. There are various approaches for the prestyloid region-transparotid, transcervial, transmandibular. [8] [9] [10] For this case the transmandibular approach was selected as it can provide maximum exposure which is essential for oncologic resection with tumor-free margins. This approach is recommended for large tumors with superior parapharyngeal space extension, vascular tumors, malignant tumors and cases where distal control of the carotid artery at the skullbase is required.
Malignant transformation in a recurrent salivary tumor is rare and commonly occurs after a long duration of around 20 years. However even early recurrence should be dealt with caution and suspicion for the presence of malignancy as evident in the present case. Provided there was truly no pre-existing malignant focus in the originally-excised tumor, and that early recurrence was not due to inadequate initial excision, this patient had a rare condition where the same tumor underwent malignant transformation within three years only. Based on a search of MEDLINE and Scopus using the keywords "ectopic salivary tumour,, "recurrence, " and "malignant transformation, " to the best of our knowledge, such an early transformation to malignancy of a minor salivary gland tumor of the parapharyngeal space has not yet been reported in the English literature.
